
111Indian Journal of Dermatology, Venereology, and Leprology | January-February 2012 | Vol 78 | Issue 1

Letters to the Editor

2.	 Bicker DR, Frank J. The porphyrias. In: Wolff K, Goldsmith LA, 
Katz SI, Gilchrest BA, Paller BS, Leffell DJ, editors. Fitzpatrick’s 
Dermatology in General Medicine. 7th ed. New York: McGraw-
Hill; 2008. p. 1228-56. 

3.	 Harada FA, Shwayder TA, Desnick RJ, Lim HW. Treatment of 
severe congenital erythropoietic porphyria by bone marrow 
transplantation. J Am Acad Dermatol 2001;45:279-82.

4.	 Kauffman L, Evans DI, Stevens RF, Weinkove C. Bone-marrow 
transplantation for congenital erythropoietic porphyria. Lancet 
1991;337:1510. 

5.	 Lebreuilly-Sohyer I, Morice A, Acher A, Dompmartin A, 
Clement C, de Verneuil H, et al. Congenital erythropoeietic 
porphyria treated by haematopoietic stem cell allograft. Ann 
Dermatol Venereol 2010;137:635-9.

6.	 Farachi M, Morreale G, Boeri E, Lanino E, Dallorso S, Dini G, 
et al. Unrelated HSCT in an adolescent affected by congenital 
erythropoietic porphyria. Pediatr Transplant 2008;12:117-20. 

7.	 Tezcan I, Xu W, Gurgey A, Tuncer M, Cetin M, Oner C, et al. 
Congenital erythropoietic porphyria successfully treated by 
allogenic bone marrow transplantation. Blood 1998;92:4053-8.

8.	 Freesemann AG, Bhutani LK, Jacob K, Doss MO. Interdependence 
between degree of porphyrin excess and disease severity in 
congenital erythropoietic porphyria (Gunther’s Disease). Arch 
Dermatol Res 1997;289:272-6.

Colocalization of mucosal vitiligo 
and oral pemphigus vulgaris 

Sir,
Vitiligo is an acquired depigmentation disorder of 
skin with occasional involvement of other melanized 
tissues. Though many hypotheses have been proposed 
regarding its pathogenesis, autoimmune mechanism 
has achieved maximum support. Pemphigus is 
an autoimmune disease with immunologic attack 
targeted against the desmogleins on the keratinocytes. 
We herein report a case where lesions of vitiligo and 
pemphigus vulgaris were colocalized. Though many 
autoimmune diseases have been associated with both 
the disorders, to the best of our knowledge, this is the 
third report of association of pemphigus and vitiligo. 
Interesting aspect in our patient is the colocalization 
of the lesions, which can shed some light on the 
pathogenesis of both the disorders.

A 52-year-old woman presented with painful oral 
blisters of 3-months duration. The lesions started 
appearing in the anterior aspect of buccal mucosa 
of both the sides. Individual lesions used to persist 
for 1 to 2 days followed by spontaneous rupture, 
leaving painful erosions. She had depigmentation of 
both the lips and buccal mucosae for 3 years before 
onset of the present symptoms. None in her family 
had either depigmented patches or blistering skin 

disease. She had no other significant medical illness. 
On dermatologic examination, she had irregular 
superficial erosions with overlying whitish slough 
localized to buccal mucosae. In addition, she had 
depigmented vitiliginous patches involving mucosal 
aspect of her lips and buccal mucosae [Figure 1]. No 
other part of the body was affected by either of the 
diseases. Mucosal biopsy was taken from one of the 
small flaccid blisters, which on hematoxylin and eosin 
staining showed suprabasal cleft with acantholytic 
cells and keratinocytes in a “row of tombstones” 
at the base [Figure 2]. Another field in the same 
sample showed total absence of melanocytes. Direct 
immunofluorescence revealed net-like deposition of 
IgG and C3 on the surface of the keratinocytes, thus 
consistent with pemphigus vulgaris. She was treated 
with oral prednisolone 40  mg/day and azathioprine 

Figure 1: Irregular superficial erosions with overlying whitish 
slough localized to buccal mucosa and depigmented patches 
involving mucosal aspect of lips. Irregular borders between 
normally pigmented and depigmented areas around right angle 
of mandible have been indicated with arrows

Figure 2: Suprabasal cleft with acantholytic cells and keratinocytes 
in a “row of tombstones” at the base (H and E, ×140)
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50  mg given twice a day, following which her oral 
blisters and erosions improved, but the vitiliginous 
patches remained as such.

Mucosal involvement of vitiligo is common in 
pigmented races with lip involvement occurring in 
up to 50% of vitiligo patients. The incidence in white 
population is probably underestimated apparently 
due to inability to detect hypopigmentation in 
the background of constitutionally pale mucosa.[1] 

Occasional hyperpigmentation at the periphery of the 
lesions may be a helpful clue to the diagnosis.

Coexistence of pemphigus and vitiligo has been 
reported twice previously. In the first report of its 
kind by Jain et al.,[2] a 10-year-old boy was affected 
by extensive pemphigus and vitiligo with no obvious 
reported colocalization. In the second report by Yalcin 
et al.,[3] a 38-year-old lady was affected by pemphigus, 
vitiligo, and Hashimoto’s thyroiditis. One interesting 
aspect of their case was the localization of pemphigus 
lesions on the vitiliginous side of the junction between 
vitiliginous and normal skin. Their patient had 
autoimmune polyglandular syndrome, characterized 
by three or more autoimmune diseases in a single 
patient.[3]

The exact mechanism for association of these two 
autoimmune dermatologic diseases, i.e., vitiligo and 
pemphigus, is not known. A common autoimmune 
process may be responsible. Vitiligo is predisposed by 
association of HLA DR4 -DQ1 haplotypes.[4] The same 
haplotype is also present in pemphigus patients.[5] 
Though genetic associations may explain coexistence 
of two autoimmune diseases, for colocalization, there 
should be some effective local factors which can 
explain expression of both the diseases simultaneously 
at the same site. The following hypotheses can 
explain the apparent enigma. First, in vitiliginous 
skin, there is decreased acetylcholinesterase 
level and thus increased acetylcholine activity.[6] 
Cholinergic receptors regulate desmosomal adhesion 
of keratinocytes. Persistent high level of acetylcholine 
in neuronal synapses may downregulate acetylcholine 
receptors, thus precipitating pemphigus. Incidentally, 
acantholysis in pemphigus can also occur in 
the presence of antibodies against 9-α nicotinic 
acetylcholine receptor.[7] Second, TNF-α level has been 
found to be elevated in perilesional skin of pemphigus. 
The same mediator has been implicated in the 
pathogenesis of vitiligo also.[8] Third, Schallreuter and 

Wood[9] have demonstrated low levels of the enzyme 
thioredoxin reductase in keratinocytes cultured from 
depigmented skin of vitiligo. This deficiency leads 
to increased susceptibility to complement-mediated 
injury. Complements, in addition to autoantibodies, 
have been implicated in the cascade of pathogenesis 
of pemphigus vulgaris as well. Lastly, there is intimate 
functional relationship between keratinocytes and 
melanocytes. Though in vitiligo melanocytes are 
destroyed primarily, loss of structural support from 
keratinocytes leads to melanocytorrhagy. Similarly, 
autoantibody-mediated destruction of melanocytes 
leads to damage of keratinocytes and anti-keratinocyte 
antibodies. This damage of keratinocytes may lead 
to immunogenicity of keratinocyte antigens and 
thus pemphigus. Above all, mere coincidence for 
colocalization of both the entities cannot be ruled out.

Though exact reason for such interesting colocalization 
remains speculative, further research in this area 
may throw more light in the pathogenesis of both the 
diseases.
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Majocchi’s granuloma over the 
face 

Sir,
Majocchi’s granuloma (MG) is an atypical and 
uncommon presentation of dermatophytic infection 
involving the invasion of dermal and subcutaneous 
tissue by fungal organisms.[1] It usually begins 
as a suppurative folliculitis and may culminate 
in the development of widespread granulomas. 
MG is a rare disease, and immunosuppressed 
patients are at increased risk, especially those with 
T-cell deficiencies.[1] MG may occur in patients 
receiving immunosuppressive therapy for leukemia 
or lymphoma, autoimmune diseases or other  
malignancies and post-organ transplantation. However, 
MG has also been described after shaving procedures 
of the legs. Most commonly, Trichophyton  rubrum is 
identified. MG may develop on any hair-bearing area, 
but, most often, the scalp, the face, forearms, hands, 
and legs are involved. However, there are only a few 
reports in the literature of facial involvement.[2-4] The 
prognosis of MG can be regarded as good, because 
there is effective pharmacotherapy available for it. 
Itraconazole and griseofulvin therapy is effective.[1,5] 
Treatment should be continued until all lesions are 
cleared. Prolonged treatment may be necessary in 
immunocompromised patients.[5]

We describe a case of MG of the face and the scalp 
in a 55-year-old female who had been diagnosed with 
eczema and received systemic (i.m. and oral) as well 
as topical corticosteroids over a period of 7 months. 
Dermatologic investigation of the facial skin and scalp 
presented erythematous papules, plaques and nodules 
with and without scaling. On the scalp, the skin lesions 
were accompanied by alopecia [Figure 1]. On medical 
examination, there was no regional lymphadenopathy 

observed. Findings of laboratory tests, including 
complete blood count, serum glucose, aspartate 
aminotransferase and alanine aminotransferase level, 
human immunodeficiency virus (HIV) antibody and T 
cell subtypes, were within the normal range and did 
not suggest any systemic disease or immunodeficiency.

For histological examination, a punch biopsy was 
taken from the scalp and cultured on potato dextrose 
agar. This showed a dermal abscess and, after 
staining with PAS (Periodic Acid Schiff Stain), spores 
and hyphae were seen [Figure 2]. Enzyme-linked 
immunosorbent assay-polymerase chain reaction 
of the biopsy identified T. rubrum, which was also 
grown on culture of the biopsy tissue as characteristic 

Figure 1: Clinical findings: Erythematous papules, plaques and 
nodules with and without scaling at the face (a) and the scalp (b) 
of our patient. Additional lesions of alopecia affecting the scalp
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Figure 2: Typical hyphae and spores in ruptured hair follicule in 
deep dermis by Periodic Acid Schiff stain (a), longitudinal section 
(×400). (b) Cross-section (×400)
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